Klinefolter ryndrciw was dircwered i n 3 boys with procociow puborty and rmall t e r t o r (20x10 mm) i n whom adronal function war normal, t h w oxcluding tho diagnosir of a d r o~l hyporplaria or rocroting trrmor. I n 2 of there patient., agod 7 and 12 yoarr, Loydig-call sacrotion (plarxm tortortarone 9 and 5.2 ng/ml) was rocondary t o an BCG-rocreting undiartinal toratoma, with high plarma lovols of BCG (75 and 355 8Uu/ml). After rurgory, plarma E t 3 was undotoctable, but plan= tostortorono (2.9 and 0.9 ng/ml) tomainad elevated and plasma gonadotropinr rore (LEI 5 and 4.7, FSH 2.2 and 10 mIU/ml). I n tho 3rd patient. agod 1 y m r , plarma teatortarono (2.5 ng/ml) , banal' (LH 4.9, FSR 7.1 8UU/ m l ) and port-LWRH (LH 20, F~H 14.5 mIu/ml) gonadotropin8 lovolr were incroared. RCG war undotoctablo i n plarma, c r a n i a l computerized tomography domonrtrating an hamartof tho 3rd ventricle. Wryotype was = i n these 3 patients. There carer rraggort 1/ t h a t chromatin. and/or karyot l m w t bo rtudiod i n casos of male t h small t e r t o r and normal adrenalq rexual prococity wXB 2/ that thoro m y bo 8 r 0 l a t i o~h i p botwoon tho mupornumorary X chromoroun and tho occurrence of tumor., particularly polyunbryomar. Children's Hospital, Fuglebakken and Departm n t of Paediatrics, Rigshospitalet, University of Copenhagen, Denmark. Myelofibroris and T thyreotoxicosis in a g i r l w i t h McCune-Albright Syna;ome.
H.MOELLER*.Q.OETTLING* and D.GVPTA, Department of

Diagnostic Endocrinology, U n i v e r s i t y C h i l d r e n ' s H o s p i t a l , 0-74 Tubingen, FRO Development of DHT-receptor (DHT-R) e s t i m a t i o n through (3H)-DHT exchange. The convenient d i h y d r o t e s t o s t e r o n e -( W T ) -R estimation w i t h (3H)-methyltrienolone (R1881)in human t i s s u e i s unspecific as i t i s a l s o bound by t h e p r o p s t i n receptors. We have. therefore, deve= loped a h i g h l y s p e c i f i c (3H)-DHT exchange assay for cytoplasmic and nuclear WT-I?. I n p a r a l l e l t o t h e suppression of DHT metabos lisrn d u r i n g incubation by
The pathogenesis of McCune-Albright Syndrome involving bone, skin, and endocrine organs remains unknown. The syndrome might be associated with dysfunctions of the h a t o p o l e t i c mystem. A g i r l with severe polyostot i c fibrous dysplasia and vaginal bleedings from 3 months of age i s presented. The concentration of serum T j was increased from the age of 13 months but se-Tq was normal. A Tj-thyreotoxicosis was diagnosed a t the age of 34 years (no TSH response to TRH). Aged 34 years she developed severe anemia, thrombocytopenia and splenormgalia. Bone marrow biopsy showed myelofibrosis. Following splenectomi the hemoglobin concentre tion increased and the p l a t e l e t count was normalized. The patient was treated with medroxyprogesterone-acet a t (MPA) during the f i r s t 3 years of l i f e and w i t h propylthiouracil (PTU) from the age of 34 years. The myelofibrosis developed before unret of PTU, excluding any causal relationship. Nor the myelofibrosis seem t o be associated with MPA since no such side e f f e c t of MPA is known, and the only patient previourly reported w i t h McCune-Albright syndrome and myelofibrosis was not treated this way.
L. D ,Peneva and R .Slavova
Endocrine Division,Research I n e t i t u t e of
Pediatrics ,Sof i a ,Bulgaria. Effacts of human no.nth hormone treatment f o r 1-8 gears i n p i t u i t a r y dwarfim.
The e f f e c t s of long term/l-8 geare/treatment with HGH(Sotrop1n H 3~5E/week,Rumanian HGH 3xhg/week and Grorm 3xhg/week)in 17 children with growth hormone defiaiencg were followed up.In I 0 a t i e n t e t h e r e was b i r t h injurg,in p a r t i c u l a r asaiate! breech delive in other-f u i l y cases .Two patients(br0ther and 3 : -ter7h.d isolated GHdeficiencg and other 15 had rult i p l e GH-deficiency.The l a t t e r group were t r e a t e d with additional thyrzid hormones.In t h e f i r s t year of treatment it was catch-up growth" till IOcm/gear and a f t e r t h a t growth r a t e lowered t o 4-5cm/gear.Tot a l height gain was from 42cm/Sgears till l4cm/2 gears.In t h e f i r s t gear height age increaeed more than bone a e i n reverse t o t h e second year.Grouth index(So kayraieed with treatment over I .Interruption of HG~-treatment reaulted in decreare of growth r a t e and changi of t h e medicine improved it.After t h e age of 17 H%-treatment in two-montha courser had a very good effect.Thyroid medication in appropriate s u b s t i t u t i o n dome i s advisable.Bert e f f e c t s were obtained in m a l l children with retarded bone age and i n continual treatment. X-linked inheritance of congenital c o r t i s o l and aldosterone insufficiency (adrenal hypoplasia). Congenital adrenal hypoplasia i s a r a r e cause of adrenocortical insufficiency i n infancy. Two different modes of inheritance, sex-linked and autosomal, have been suggested. Three male infants with severe c l i n i c a i signs developed vithin the f i r s t week of l i f e are described. Biochemical data indicated both glucocorticoid and mineralocorticoid insufficiency. Clinical remission followed substitution therapy. The infants descend fran the same Greenlandic family. Informations concerning 82 family members i n f i v e generations were obtained. Pourteen male infants had a c l i n i c a l picture suggesting adrenocortical insufficiency, and died i n early infancy. No female was affected. The pedigree of the famil demonstrated no father-to-son transmission. The pedgree indicated an X-linked transmission of the adrenal hypoplasia gene locus; the locus seems t o originate fran the great-great-grand mother.
